Osteoma is a benign, slowly growing tumor that mainly occurs in the bones and cavities of the middle third of the face, representing the most frequent benign tumor of the paranasal sinuses (3). It rarely originates primarily from the orbit. Most of these lesions develop in the fourth to fifth decades of life, and are more commonly encountered in males. In the English literature, there are so far three reported cases of primary osteoma of the orbit that originated from the sphenoid bone. Here we present another case of a primary osteoma of the orbit presenting with atypical facial pain and discuss the relevant literature.
InTRoduCTIon
Osteoma of the orbit is a benign lesion consisting primarily of mature cancellous bone (13). Most of these lesions develop in the fourth to fifth decades of life. There is evidence that osteoma is more commonly encountered in males. It has not been determined whether the osteomas are true neoplasms or are the result of an inflammatory reaction. Extension of osteomas into the orbit may cause severe morbidity, such as atrophy of the optic nerve, ophthalmoplegia, cephalgia, papillitis, and abscess. This report deals with a case of primary orbital osteoma that presented with severe cranial neuralgia, impaired eye mobility, and vision loss in the right eye.
CASe RePoRT
An 80-year-old female patient was admitted with the complaints of vision loss and an intensive lancinating pain originating from her right eye and radiating hemicranially. Past medical history consisted of an admittance to a physician 20 years ago with a complaint of pain radiating to the right forehead and right eye. At that time, she was diagnosed with a right intraorbital tumor, and surgery was offered to the patient, but she had declined. The vision in her right eye started to decrease gradually and was lost two years ago. Additionally, an intense lancinating pain originating from her right eye started to radiate into the right hemicranium, all the way to her neck.
The neurological examination revealed exophthalmus, proptosis, and restricted eye movements in all directions, as well as papilledema in the right eye. The direct pupillary reflex was negative but the indirect pupillary reflex was positive.
Cranial and orbital computerized tomographic (CT) scans showed a right hyperdense intraorbital mass lesion measuring 2.5x4.5x2 cm. The lesion was arising from the posterolateral wall of the lesser wing of the sphenoid bone with a lobulated contour. It caused bony expansion in the sphenoid bone, and caused indentation on the lateral rectus muscle and optic nerve displacing the globe anteriorly ( Figures 1A-C, 2 ).
The patient refused surgical removal of the tumor again and a biopsy was planned to exclude a possible malignant degeneration of an existing lesion, with a suspicion of a rapid increase of the tumor size, according to the history of the patient. A right orbitozygomatic incision was performed and a biopsy was taken from the intraorbital mass. Histopathological diagnosis was a mature type osteoma ( Figure 3A , B). The diagnosis of a primary osteoma of the orbit originating from the sphenoid bone was made. This time, an attempt to extirpate the tumor by craniotomy was not performed because of the cardio-pulmonary instability of the patient.
The patient had been prescribed nonsteroid analgesics and used them for 20 years, and her pain had become unresponsive to these drugs. Gabapentin 3x400mg was started, and after six days was increased to 3x800mg. Amitryptilline was given at a dose of 2x10mg. Her pain was significantly decreased.
dISCuSSIon
Osteomas are predominantly located in the skull, paranasal sinuses, the jaws, and the calvaria. They are the most frequent benign tumor of the paranasal sinuses. Osteomas of the paranasal sinuses are benign slow growing tumours, which usually become symptomatic after attaining a large dimension. The commonest site is the frontal sinus, followed by the ethmoid, maxillary and sphenoid sinus in that order (2) .
Primary tumors of the orbital bones constitute 0.6% to Sen analyzed 276 cases of orbital tumours over a period of 20 years did not find any case of primary osteoma (19) . It is understood that in most caes of orbital osteoma, the cavity is secondarily affected due to ingrowth of an osteoma arising in adjacent structures, predominantly from the paranasal sinuses (10). Alper et al reported a case of an orbital osteoma that mainly originated from the medial orbital wall (1).
Ozdemir et al reported an incidentally found case of sphenoid sinus osteoma while they were investigating for otitis media. The tumor was located in the sphenoid sinus, there was no spread to orbit and the patient was asymptomatic. They operated using the transnasal endoscopic approach (16) .
Primary osteoma of the orbit is not a common tumor (10, 17) However, osteoma of the orbit originating from the sphenoid bone is very rare. The three reported cases in the literature review, belonged to Thakur and Nema, Kleifeld and Ishikawa et al.
The first case was an osteoma of the lesser wing of the sphenoid (20) . In the second case, CT revealed a spaceoccupying lesion originating from the orbital wing portion of the sphenoid bone and extending into the orbital roof of the frontal bone (14) . The third case was an osteoma protruding into the pterygomandibular space from the lateral pterygoid plate of the sphenoid bone (11).
Our case was suggested to be a primary orbital osteoma. In addition, there was a mass at the posterosuperolateral wall of the orbit, which originated from the greater wing of the sphenoid bone, lobulated, and expanded to the sphenoid bone, filling 2/3 of the orbital cavity.
Plain radiography is the basis of the diagnosis of osteoma (9) . However, osteomas are best visualized with CT. Computed tomography is very important in the evaluation of bone extension of the tumor and also the site of origin (paranasal sinuses, orbital roof, ethmoid and sphenoid bone) may be often defined on the coronal scans (8).
Radiologically, osteomas manifest with well-delineated homogeneous radiodensity on plain film and CTs. On plain skull films, osteomas are identified as well-delineated, dense lesions adjacent to a paranasal sinus. The differential diagnosis of these lesions should include endochondroma, osteogenesis imperfecta, bone infarction, fibrous dysplasia, low-grade osteogenic sarcoma, ossifying fibroma and in unusual cases calcified meningioma (13). Osteomas often appear as a coincidental finding on X-ray in patients having radiographs for same other reasons. Tomographic evaluation is the mainstay for surgical access and its subsequent follow up (2).
In our case, plain x-ray showed a well-delineated right hyperdense intraorbital mass lesion. On cranial and orbital computerized tomographic scans, the lesion was seen as arising from posterolateral wall of the great wing of the sphenoid bone with a lobulated contour. It caused bony expansion in the sphenoid bone, and indentation on the lateral rectus muscle and optic nerve displacing the globe anteriorly ( Figures 1A-C, 2 ).
Histologically, osteomas may have osteoblastoma-like areas and distinguishing it from true osteoblastoma can be challenging. Some believe osteomas with osteoblastomalike features behave more aggressively. (12) These tumors are composed of irregular bony trabeculae and fibrovascular tissue. Traditionally the osteomas are divided into three types based on histopathologic appearance: eburnated (ivory), fibrous, and mature. The eburnated osteoma is primarily composed of thick bony trabeculae with little fibrous tissue. The fibrous type contains highly vascularized fibroadipose tissue between the bone elements, which may lead to a misdiagnosis of ossifying fibroma or osteogenic sarcoma (13).
In the histopathological specimens of our case the mature and cortical type haversian bone fragments were observed extensively in the sections. Rarely the presence of immature bone tissue was seen in some part of fibrous tissue. The interosseous space containing adipose tissue and blood vessels was also noted ( Figure 3A , B). According to this microscopic findings, histopathologically, our case was diagnosed as mature type osteoma.
The differentiation of primary and secondary orbital osteoma is prudent in terms of surgical treatment planning and outcome assessment (10) . Only patients with symptomatic osteomas should be treated when the osteomas are located anteriorly and simple excision will affect a cure, since recurrences are rare. However, when paranasal sinus osteomas or primary osteoma of the orbita invade the orbit posteriorly, particularly with optic canal involvement, the surgery is complex and should be performed by a craniofacial surgical team (13).
Our patient had right frontal pain which was radiating to the maxillary and mandibular areas and extending hemicranially to the back of the head was accepted as atypical cranial neuralgia. The intraorbital mass narrowing the superior and inferior orbital fissures and compressing neighboring vascular and neural structures could have caused the pain. Since it was unresponsive to ordinary analgesics, gabapentin and amitryptilline were started, which provided immediate effect.
